Interdigitating dendritic cell sarcoma (IDCS) is an extremely rare neoplastic proliferation of dendritic cells \[[@CIT0001]\]. EBV and HSV8 viral infections are thought to be involved in its pathogenesis, but understanding their role requires further studies \[[@CIT0002]\]. IDCS usually affects adults with a median age at diagnosis of 51 years. Clinical manifestation usually includes lymphadenopathy, but extranodal presentation has also been reported \[[@CIT0001], [@CIT0003], [@CIT0004]\]. Up-to-date studies on IDCS treatment and outcome are based on single case reports or very small series \[[@CIT0001]--[@CIT0006]\]. It was demonstrated that this neoplasm displays an aggressive clinical course, but a standard therapeutic approach has not been established so far. Different treatment modalities have been attempted, but they have mostly been ineffective \[[@CIT0006], [@CIT0007]\]. Herein, we report on a 22-year-old female with IDCS manifested as peripheral and mediastinal lymphadenopathy, who responded completely to ABVD (adriamycin, bleomycin, vinblastine, dacarbazine).

A 22-year-old, previously healthy female was referred to our Haematological Department with a diagnosis of IDCS. Eight months prior to admittance she accidentally noticed an enlarged cervical lymph node. No general symptoms were present at that time. The diagnostic work-up was started. Common reactive causes of lymphadenopathy were carefully excluded. Computed tomography (CT) scan of the neck revealed bilaterally enlarged lymph nodes (size 4.5 cm × 3.5 cm). Chest X-ray and CT scan of the abdomen did not detect any abnormalities. Positron emission tomography (PET) scan performed in February 2010 showed increased glucose uptake in the right cervical area. Histological examination of the excised lymph node was done and the study revealed sheets of spindled cells with a whorled pattern. The nuclei of these cells were spindled or ovoid ([Fig. 1](#F0001){ref-type="fig"}). There were some multinucleate cells. The cytoplasm was slightly eosinophilic. Among these spindled cells, there were numerous lymphocytes and plasma cells. Necrosis was absent. The neoplastic cells were strongly positive for S-100 protein ([Fig. 2](#F0002){ref-type="fig"}), fascin ([Fig. 3](#F0003){ref-type="fig"}) and vimentin. They weakly expressed CD68 ([Fig. 4](#F0004){ref-type="fig"}) and CD45 antigens. CD1a and CD30 were absent, whereas expression of CD4 was positive. A preliminary diagnosis of IDCS was proposed. Due to the rarity of this disease, the lymph node was examined by two other pathologists and the final diagnosis was established three months later. On admission to our Centre the physical examination was normal except the enlargement of the right cervical lymph node. Blood tests showed haemoglobin concentration of 12.8 g/dl, white blood cell (WBC) count of 6.8 × 10^9^/l and platelet count of 245 × 10^9^/l. Leukocyte differential was normal. Lactate dehydrogenase (LDH) activity and β~2~-microglobulin (B2M) levels were within normal ranges (140 IU/l and 1.6 ng/ml, respectively). Biochemistry panel was normal. Viral studies were negative for HBV, HCV, CMV and EBV. The test for HSV8 was not performed. Bone marrow trephine biopsy revealed no abnormalities. Repeated CT scan of the chest done in May 2010 demonstrated two "new" tumour masses; in the retrosternal area (size 10 cm × 1.5 cm) and in the aorto-pulmonary window (size 2 cm × 2 cm). The patient started chemotherapy consisting of an ABVD regimen (adriamycin 25 mg/m^2^, bleomycin 10 mg/m^2^, vinblastine 6 mg/m^2^, dacarbazine 375 mg/m^2^) on days 1 and 15 in a 28-day cycle. She was given 6 cycles of ABVD and showed good tolerance. PET scan was negative after the completion of chemotherapy. Currently, more than two years after ABVD, she remains in complete clinical remission.
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The IDCS is an extremely rare neoplasm arising from antigen presenting cells. To date, only about 80 cases of IDCS, including one paediatric series, have been reported \[[@CIT0008], [@CIT0009]\]. Constitutional symptoms are rare and are usually associated with inferior prognosis. They may include weight loss, fever, night sweats and fatigue \[[@CIT0001], [@CIT0010]\]. Most patients have lymph node involvement \[[@CIT0011]\], and extranodal manifestation can occur rarely, including the parotid gland \[[@CIT0005]\], spleen \[[@CIT0002]\], pleura \[[@CIT0004]\], tonsil \[[@CIT0012]\], skin \[[@CIT0013]\] or small intestine \[[@CIT0014]\].

Initially, our patient presented with solitary cervical lymph node involvement, and such manifestation is the most common \[[@CIT0001], [@CIT0003]\]. However, mediastinal presentation has not been reported so far. Constitutional symptoms were absent at diagnosis. It should be mentioned that the age of onset was lower when compared to that reported in the literature \[[@CIT0010]\]. Due to the rarity of this neoplasm and its histological similarity to other soft tissue tumours, diagnosis of IDCS is difficult and often delayed. The diagnosis is based on histological examination of the involved organ, which demonstrates proliferation of spindle to oval cells with fascicular or whorled growth pattern. The nuclei are round to ovoid and may show indentations. Due to this atypical histological appearance, immunophenotyping is required for final diagnosis \[[@CIT0010], [@CIT0011]\]. Our case demonstrated the morphological and immunophenotypical features of IDCS. Nevertheless, due to its rarity, the tissue specimens were examined by two independent pathologists and the final diagnosis was significantly deferred. It should be mentioned that the differential diagnosis of IDCS is broad and may include several neoplastic and non-neoplastic conditions \[[@CIT0010]\].

The treatment of IDCS includes surgery, radiotherapy and chemotherapy. The results of the therapy are unsatisfactory and optimal treatment has not been established so far. Radical surgery has been the mainstay treatment for patients with localised disease. Several cases were reported with successful outcome, but rapid relapses have also been observed \[[@CIT0002], [@CIT0011], [@CIT0014], [@CIT0015]\]. Disseminated IDCS requires more intensive therapeutic management, usually combined chemotherapy, but a standard approach is yet to be established. The schema primarily used for lymphoma have been tested, but the results were inconclusive \[[@CIT0004]\]. Most patients were treated with CHOP (cyclophosphamide, hydroxydaunorubicin, oncovin, prednisone) regimen \[[@CIT0001], [@CIT0003], [@CIT0012]\].

We present a patient who achieved a complete response after ABVD regimen, despite disseminated disease at presentation. A similar case has been reported in the literature, but the patient was older (a 44-year-old female) and the disease was disseminated below the diaphragm, including the small bowel and the liver \[[@CIT0006]\]. Resistance to chemotherapy was associated with dismal outcome, even when autologous stem cells transplantation (ASCT) was performed \[[@CIT0007]\]. It should be mentioned that we were unable to find any other descriptions of ASCT for IDCS in the literature.

In conclusion, we presented an IDCS case in a young female who has remained in complete clinical remission for more than two years after cessation of six cycles of ABVD. Due to disseminated disease, we consider ASCT as remission consolidation; nevertheless, the patient refused this procedure. Further studies with larger groups of patients are needed to evaluate the most effective treatment strategy in IDCS.
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